p r e s e n t e d a s long a s t h r e e y e a r s p r i o r t o t h e d i a g n o s i s of LE.
S i g n i f i c a n t r e n a l d i s e a s e was p r e s e n t i n 8 p a t i e n t s . Laboratory t e s t s were n o t h e l p f u l i n d i a g n o s i s . Lumbar puncture and b r a i n s c a n were normal u n l e s s s t r o k e was p r e s e n t . EEG was always abnormal b u t c o r r e l a t e d with neurologic f i n d i n g s and improvement S e r o l o g i c parameters were o n l y mildly abnormal d u r i n g recurrence of CNS d i s e a s e . Standard doses of prednisone and Imuran used t c t r e a t LE exacerbations c o r r e c t e d a l l major CNS a b n o r m a l i t i e s except neurologic d e f i c i t s secondary t o s t r o k e s . Three p a t i e n t s had r e c u r r e n c e s of CNS d i s e a s e which responded t o r e t r e a t m e n t with high-dose therapy.
This study provides t h e f i r s t comprehensive view of t h e high incidence of CNS involvement i n a nons e l e c t i v e s e r i e s o f childhood LE p a t i e n t s and emphasizes t h e nee t o recognize s u b t l e abnormalities and i n i t i a t e adequate therapy.
OST-HEMORRHAGIC ENCEPHAWPATHY I N PREMATURE INFANTS. r e s t Dubynsky, Robert Vannucci & M J e f f r e y Maisels, enn S t a t e Univ-M S Hershey Med C t r , Dept Ped, Hershe r r h a g i c encephalopathy i s a d i s t i n c t c l i n i c a l condit i o n r e s u l t i n g from i n t r a v e n t r i c u l a r hemorrhage (IVH) i n premature i n f a n t s . Nine neonates w i t h I W were s t u d i e d t o d e t e c t o s s i b l e chronic encephalopathy. S e r i a l CSF a n a l y s e s revealed e r s i s t e n t xanthochromia but v a r i a b l e RBC (679-132xK/mm3) & WBC 0-3780/mm3) counts. P r o t e i n c o n t e n t s were e l e v a t e d ( > l o 0 mg/dl n 7 p a t i e n t s (61-2420mgldl). Hypoglycorrhachia (CSF/blood gluose r a t i 6 0.35) occurred i n 7 c a s e s & CSF glucose was < 10 mg/dl n 5 . Hypoglycorrhachia was not secondary t o p g r s i s t i n g c e l l u l a lements i n CSF, s i n c e no c o r r e l a t i o n e x i s t e d between CSF glucos e v e 1 & t o t a l c e l l count. I n a d d i t i o n , i n v i t r o incubation of e l l u l a r CSF with added glucose a t 37OC l e d t o n e g l i g i b l e r a t e s f glucose consumption over 24 h r . Three i n f a n t s manifested r o s s hydrocephalus documented by CAT scanning. CSF l a c t a t e i n s e 3 i n f a n t s was increased 1-3 f o l d (2.3-5.5 mmol/l) above e l s i n non-hydrocephalic I W neonates (1.1-1.6 mmol/l> & i n i e n t s with c o n g e n i t a l (non-hemorrhagic) hydrocephalus (1.0-1. 0111). W e s p e c u l a t e t h a t IVH occurs concurrently with perivenr i c u l a r b r a i n ischemia which, i n t u r n , l e a d s t o f o c a l anaerobic a c i d i n t h e iminature c a t t o prevent edema t h a t was K+ denendent, HC03-stimulated and appeared following t h e s t a g e o f b r a i n matura t i o n c h a r a c t e r i z e d bv ~l i a l ~r o l i f e r a t i o n . The human i n f a n t has s i g n i f i c a n t g l i a l c e l l p r o l i f e r a t i o n by 35-36 weeks.of g e s t a t i o n a l age and becomes s u b j e c t t o severe c e r e b r a l edema a t t h a t time. The i n f a n t who experiences anoxia i s considered t o s u s t a i n c e l l u l a r damage i n i t i a l l y from hvpoxemiaischemia and s e c o n d a r i l y from c e r e b r a l edema. The g o a l of t r e a t
ODENDROGLIOMAS OF CHILDHOOD. J R Farwell
(sponsored by Dept. o f P e d i a t r i c s and S e c t i o n o f leurosurgery, Yale U n i v e r s i t y School o f Medicine, New Haven.
Oligodendrogliomas a r e r a r e i n c h i l d r e n . I n 40 years , 12 h i s t o l o g i c a l l y v e r i f i e d cases o f oligodendroglioma i n >ersons<20 years o f age were r e p o r t e d t o t h e Connecticut Tumor i e g i s t r y , c o n s t i t u t i n g 1-2% o f a l l i n t r a c r a n i a l neoplasms i n Coni e c t i c u t c h i l d r e n . Eleven occurred i n t h e c e r e b r a l hemispheres; these cases were reviewed and t h e a v a i l a b l e s l i d e s were analyzed. The male t o . f e m a l e r a t i o was 2.7:l; t h e age range was from 2 t o 19 years w i t h a mean age o f 13.5 years. The c h r o n i c i t y o f t h e Irocess was evidenced by a mean d u r a t i o n o f 50 months from t h e I n s e t o f symptoms t o diagnosis. Seizures (64%), nausea/vomiting [55%), headache (45%), and c r a n i a l nerve p a l s i e s (45%) were t h e l o s t comnon p r e s e n t i n g symptoms w h i l e p a p i l ledema (45%) and par-% i s (27%) were t h e most f r e q u e n t p h y s i c a l f i n d i n g s . A normal i e u r o l o g i c a l exam was found a t diagnosis i n 36% o f t h e c h i l d r e n . Ten p a t i e n t s were operated upon; 7 o f these a l s o r e c e i v e d r a d i a -:ion.
One p a t i e n t d i e d b e f o r e diagnosis. The mean s u r v i v a l w i t h zerebral oligodendrogliomas was 61 months. Comparison o f those x e a t e d w i t h o p e r a t i o n alone and those a l s o t r e a t e d w i t h r a d i a -
i o n revealed no s t a t i s t i c a l l y s i g n i f i c a n t d i f f e r e n c e i n s u r v i v a ' i x p a t i e n t s s u r v i v e d l o n g e r than 5 years, and t h e f u n c t i o n a l i t a t u s o f these l o n g e r t e n s u r v i v o r s was determined: one has nc i e u r o l o g i c d e f i c i t ; one has a quadrantanopsia; one has a hemi~a r e s i s ; two have seizures; and one has p s y c h i a t r i c disease and ,seizures.
OLLOW-UP STUDIES OF INFANTS WITH ABNORMAL NEONATAL
LTED TOMOGRAPHY (CT) RESULTING FROM ASPHYXIA. amela M. Fitzhardinge, Charles R. F i t z , Derek C. Hawood-Nash.
Univ. of Toronto, Hosp. f o r Sick Children. Depts.
M P e d i a t r i c s and Radiology. Toronto.
20 f u l l term i n f a n t s had abnormal CT during t h e n e o n a t a l period. A l l had h i s t o r i e s of peripartum asphyxia followed by s e i zures. Bleeding i n t o t h e v e n t r i c l e s a n d l o r a d j o i n i n g b r a i n t i s s u was p r e s e n t i n 7 and was e x t e n s i v e i n 5. Areas of decreased c o r t i c a l d e n s i t y secondary t o anoxia were p r e s e n t i n t h e remaini n g 13. I n 3, t h e s e changes were confined t o one hemisphere w i t a p a t t e r n suggesting i n f a r c t i o n of t h e middle c e r e b r a l a r t e r y . Severe edema o b l i t e r a t i n g t h e v e n t r i c l e s was p r e s e n t i n 2 o t h e r s A l l p a t i e n t s have been followed f o r a minimum of 9 mo with a repeat CT done a t 6-12 mo i n 18. 12 of t h e 20 have s e v e r e neurc l o g i c a l abnormalities: 2 hydrocephalus; 7 c e r e b r a l palsy; 3 microcephaly with r e t a r d a t i o n .
A l l 18 follow-up CT show b r a i n atrophy w i t h l o c a l i z a t i o n and e x t e n t corresponding t o t h e neon a t a l CT. The 5 c h i l d r e n with e x t e n s i v e i n t r a c r a n i a l b l e e d i n g a r e s e v e r e l y d e f e c t i v e ; t h e o t h e r 2 have minimal d y s t o n i a and developmental delay. A l l 3 p a t i e n t s w i t h u n i l a t e r a l changes a r e hemiplegic. The 2 p a t i e n t s w i t h s e v e r e n e o n a t a l edema have cent r a l atrophy on follow-up CT and s p a s t i c q u a d r i p l e g i a with ret a r d a t i o n .
These r e s u l t s show t h a t CT i n t h e asphyxiated neonate is high l y p r e d i c t i v e of t h e type and s e v e r i t y of l a t e r neurologic d e f ic i t s , e s p e c i a l l y i n c a s e s showing s e v e r e edema, major v e s s e l inf a r c t i o n , o r e x t e n s i v e i n t r a c r a n i a l hemorrhage. b 4~u UPTAKE I N CULTURED, X-CHROMOSOME LINKED COPPER MALAESORPTION (MENKES' DISEASE) CELLS. J. French, I . Spigland, J . Rosen, H. Nitowsky, Albert E i n s t e i n Coll.Med., Montefiore Hosp. and Med. C t r . , Dept.Ped., Pathology and Neurology, The Bronx, NY.
The number of c e l l s , DNA, RNA, p r o t e i n and 6 4~u uptake p e r u n i t f i b r o b l a s t c u l t u r e were determined from s k i n of x-chromosm linked copper malabsorption (X-cLCM) p a t i e n t s and amniocentesis c e l l s of a pregnancy r i s k . Appropriate c o n t r o l s were s i m il a r l y evaluated. The "Cu uptake per u n i t RNA was t h e most d i s c r i m i n a t i n g determinant b ween t h e c o n t r o l and X-cLM popul a t i o n s (0.005<p<0.01). The "Cu uptake per u n i t p r o t e i n was thl l e a s t d i s c r i m i n a t i n g determinant (0.02<p6$.05). Intermediate v a l u e s (0.01<p<0.02) were found f o r t h e Cu uptakes p e r u n i t DNA and.per lo6 c e l l s . The d a t a do not r e v e a l any s i g n i f i c a n t d i f f e r e n c e s between c u l t u r e d X-cLCM and c o n t r o l f i b r o b l a s t s ' r a t e of r e p l i c a t i o n , t r a n s c r i p t i o n o r t r a n s l a t i o n . Th e findi n g s suggest t h a t Horn's d e s c r i p t i o n of an increased "Cu upt a k e per u n i t p r o t e i n i n X-cLCM c u l t u r e d c e l l s (Lancet 1:1156-1158, 1976) i s not due t o an a l t e r a t i o n of p r o t e i n s y n t h e s i s . This technique may prove u s e f u l f o r a n t e n a t a l d i s c r i m i n a t i o n of X-cLCM f e t u s e s .
